Case 3 S G, male, aged 2 years The first and only child of healthy parents. At birth there was a hard subcutaneous mass in the peri-anal region, and several small nodules in the skin of the legs; one of these was removed; it was benign and angiomatous. At 3 weeks unilateral pseudoglioma was noted; the eye was removed, and a nonmalignant detachment was found; the other eye is normal. At the age of 6 months there was a palpable swelling in the upper end of one humerus; X-ray showed cystic changes in this and in other long bones; these lesions are presumed to be angiomatous. He now has a fine angiomatous mottling of the trunk and a generalized lipodystrophy. He is now 2 years old, well and otherwise normal.
Without intracranial lesions this is not the von Hippel-Lindau syndrome, but seems very close to it. Case 3 is very like one described by Sanders (1952) with pseudoglioma, lipodystrophy and multiple skin angiomata. Von Hippel (1931) noted that in the differential diagnosis of pseudoglioma the presence of multiple skin angiomata should lead to the suspicion that the eye lesion was similar in origin.
Cases 4 and 5 A W, male, aged 4, and S W, male, aged 3; brothers
The only children of healthy parents. In infancy each was found to be blind, with microphthalmic eyes and pseudoglioma. In A W one eye was removed, and a nonmalignant detachment was found. Both children are now severely retarded. The chromosome pattern and amino-acid excretion are normal. This is the congenital retinal detachment described by Clarke (1898) . It follows the sexlinked recessive inheritance pattern. In the W family a male cousin of the mother is affected. Case 6 S G, male, aged 5 The only child of healthy parents. He has a hitherto unreported syndrome comprising bilateral pseudogliomas, cleft palate, mental retardation, high-tone deafness and dwarfism with a widespread bone disorder. The last is most evident in the metaphyses of the long bones, but many other bones are affected. There are no accompanying biochemical changes. His chromosome pattern and amino-acid excretion are normal.
These five syndromes illustrate the wide variety of conditions in which retinal detachment and pseudoglioma play a part. In none are the pathological processes fully understood, but the clinical patterns are clear cut. When pseudoglioma is found in infancy the presence of one of the concomitant disorders, or family history of a sexlinked recessive condition, should make it possible to establish the diagnosis without recourse to the removal of an eye.
Much work on these syndromes remains to be done; it is hoped that this will be the subject of later reports. The rhythmical discharges which are seen during the sleep electro-encephalogram are seen to vary with the depth of sleep. In light sleep the record is characterized by low voltage fast waves. As the subject passes into deep sleep the characteristic waves are slower (theta and delta waves) and of increasing voltage.
The basic rhythms of the sleep record can be changed by the effect of auditory stimuli in two main ways.
There can be a suppression of the alpha rhythm in the lighter stages of sleep or the appearance of a complex which was first described by Davis et al. (1939) as the K complex. This consists of two components -the slow high voltage waves, and the fast low voltage waves. These workers found the complex to be most evidently seen in the light stage of sleep where delta waves are evident. The K formation disappears with deep sleep. Roth et al. (1956) suggest that the K complex bears some relation to arousal and that it is a physiological correlate of a crude perceptive process. Work by Oswald et al. (1961) , using selected names as the auditory stimulation, suggests that the discrimination analysis precedes arousal as manifested by the K.
The responses which are obtained may occur in various relationships in time to the auditory signal. It may occur as: (1) An on effect, (2) during the signal, (3) an off effect, (4) several seconds after the signal has ceased.
It is found that the time when the response is seen in relation to the signal is a function of the loudness ofthe signal above the auditory threshold and the depth of sleep. It is easier to elicit the responses in the light stages of sleep.
Taylor (1962a, b) has shown that the psychophysical laws which govern audiological testing of hearing in the conscious state also apply in the sleep state. The one difference is that the methods of arriving at auditory thresholds in the sleep state have to involve greater changes of intensity at each step. This adds supportive evidence to the suggestion that the K complex is the electrical evidence of a crude perceptive mechanism.
The method of testing has been shown to be of great use in children when the diagnosis of auditory problems presents difficulties. A series of three different groups have presented data as to the possible usefulness of auditory testing under sleep:
(I) Peripherally deaf children (i.e. children with lesions of cochlea or cochlear nuclei).
(2) Children with language disorders.
(3) Children suffering from athetosis.
The series included children from the first year of life.
Results
In the peripherally deaf, the waking and sleep responses correlate closely, whereas in the second group, unless there was a concomitant peripheral loss, the sleep responses were obtained to very quiet sounds.
The athetoid children were found to be divided into two groups. Those who had language disorders and those who had a more peripheral type of lesion and responded as peripherally deaf children.
The sleep EEG was shown to be valuable as a prognostic guide to the likely eventual responsiveness in the conscious state.
